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***** Scleredema adultorum of Buschke: With unusual manifestations in a young female
Sir, Scleredema is a scleroderma like fibrosing disorder of the skin with no major morbidities, and systemic manifestations are rare in type 1 scleredema (adultorum of Buschke). We report a case of scleredema, presenting with dysphagia and hoarseness of voice resulting from esophageal dysmotility and vocal cord edema, respectively, both of which are uncommon manifestations. Though the benign nature of the disease is the rule in most cases, the systemic involvement has to be looked for and appropriately treated to prevent morbidity and mortality in scleredema adultorum of Buschke.
A 17-year-old girl was admitted with the history of progressive skin thickening, [ Figure 1 ] involving the face, neck, thorax and abdomen over a period of 1 month. Patient had sore throat and fever, 10 days prior to the onset of skin thickening, which subsided with antibiotics. Figure 2 ], thickening of dermis with preserved appendages [ Figure 3 ], suggestive of scleredema. Videolaryngoscopy was done, which revealed bilateral vocal cord edema with interarytenoid thickening [ Figure 4 ]. Upper gastrointestinal endoscopy showed reduced motility in the upper portion of esophagus. The patient was treated with penicillin and methylprednisolone orally. The hoarseness of voice and difficulty in swallowing improved.
Scleredema is a fibrosing disorder in which progressive thickening and hardening of the skin occurs. This usually starts behind the ears and slowly involves neck, face, shoulders, chest, upper back and finally whole body including limbs, sparing the digits. Scleredema is classified into 3 clinical types. Type 1 occurs following a streptococcal pharyngitis, [1] type 2 in patients with paraproteinemia [2] and type 3 in patients with diabetes (Krakowski type, scleredema diabeticorum). Type 1 scleredema is referred to as adultorum of Buschke since the post-infectious form of scleredema was the one, first described by Buschke himself. Systemic manifestations occur commonly in type 2 and type 3 but rare in type 1 scleredema.
Histopathological examination of skin biopsy in scleredema shows thickening of dermis with deposition of mucin and collagen with maintained ductal structures. [3] Even though it is a benign disease, it may cause death when internal organs are involved. The extra dermatological manifestations that have been reported are the involvement of tongue, upper part of esophagus, ocular muscles, pharynx, parotid gland, pleurae, peritoneum, spleen and the heart. [4] Involvement of upper esophagus resulting in aspiration has been reported. [5] Myocarditis and cardiac dysfunction have occurred in one patient. Our patient had involvement of vocal cord as evidenced by videolaryngoscopy with inter arytenoids thickening. Decreased motility in upper part of esophagus was observed in upper gastro-intestinal endoscopy. The involvement of vocal cord has lead to hoarseness of voice, and it was successfully treated with methyl prednisolone. Even after extensive searches of literature, we have found that vocal cord involvement in scleredema is unreported till date. As of our knowledge, this is the first case of scleredema adultorum of Buschke with involvement of vocal cords.
The treatment protocol for scleredema adultorum has not been effectively described in the literature. Steroids and immunomodulators have been tried for systemic involvement of this disease. Scleredema, often thought to be a benign disease, can rarely present with medical emergencies as was the case with our patient. Patients with scleredema have to be screened for internal organ involvement to prevent mortality.
Sir, Figurate erythemas (FE) constitute a cluster of inflammatory cutaneous disorders, clinically characterized by annular, arcuate, serpiginous, or polycyclic lesions, widespread or localized distribution, and transient or persistent behavior. [1] Neutrophilic figurate erythema (NFE) is a rare inflammatory dermatosis, characterized by annular erythematous lesions, sometimes with polycyclic configurations with histological feature of neutrophic infiltration with nuclear dusts in the dermis. [2] 'NFE in infancy' is a very rare disorder, [1, 3] and the disease is still rarer in adults.
A 47-year-old Hindu woman came with a gradually expanding oval red elevated skin lesion on her left forearm that was present for the preceding 4 days. She had occasional itching and mild pain over the lesion. There was neither any systemic complaint nor any history of intermittent or continuous drug intake prior to an eruption. She had a history of similar eruption over the same site a few months ago. She had no history of an insect bite. Cutaneous examination revealed a well-defined erythematous, shiny, firm, non-tender plaque (measuring 3 cm × 4 cm) on the extensor surface of the lower third of her left forearm. The surface of the lesion was wrinkled at places. [ Figure 1a ] No sensory anomaly or peripheral nerve thickening was found. Examination of hair, nails and other systems was non-contributory. Histopathological examination could not be performed as the patient did not give consent for the same. However, the skin lesion resolved completely with an application of emollient only within 6 weeks. Twelve weeks later, the patient
